The classic form of SS is characterized by craniofacial hemihypertrophy, hemimegalencephaly, and pachygyria-polymicrogyria. The reported case of a large epidermal nevus of the head and neck differs from the classic form and consists of cerebral hemiatrophy with normal cortical organization, vascular anomalies, and giant Virchow-Robin spaces (VRSs).
The pathogenesis and clinical expression of SS and correlate syndromes are based on genomic mosaicism, in which Ն2 genotypical different clones of the same specific cell line coexist in a single individual.
Epidermal and pigmentary cells originate early in the neural crest and, after proliferation, migrate to the periphery of the embryo. In neurocutaneous disorders, a somatic mutation at this time originates an altered cellular clone that will be phenotypically represented along the so-called lines of Blaschko (Fig 1) . These lines indicate the pathway of embryonic ectoderm and are clinically apparent when recognizable from surrounding normal cells, thus representing the cutaneous expression of mosaicism. When genetic mutations occur early and their products do not cause the death of the embryo because of involvement of only some cell lineages, by the lethal gene theory, 4 skin and the embryogenetically contiguous central nervous system will both be damaged. The neurologic abnormalities are strictly related to the timing of these events. If mutation occurs during neuronal migration or cortical organization, there will be brain malformations; whereas if it happens later, atrophy and vascular anomalies will be more evident.
In our patient, unilateral hypoplasia of the arterial system, Sylvian stenosis, and ischemic changes in the temporal lobe (Figs 2 and 3 ) should refer to a malformative vasculopathy that occurred late in utero or at least after brain gyration and seriously reduced hemispheric perfusion. In fact, patients with SS are at risk of vascular anomalies, as reported in approximately one-third of published cases; among these anomalies are aortic coarctation and aneurysm, and renal artery and carotid stenosis.
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In conclusion, our patient exhibited typical features of SS with craniofacial epidermal nevus, ipsilateral cerebral abnormalities, difficult epilepsy, mental retardation, and ocular pathology; such characteristics give us the possibility of distinguishing this condition from the other related disorders. The relevance of this case is in the unusual association of hemimacrocrania and ipsilateral cerebral atrophy; moreover, brain abnormalities are the result of an in utero vasculopathy and do not include cortical dysplasia as in most of the previous reports. 
